INTRODUCTION
G oldenhar syndrome is an uncommon phenotypically variable syndrome consisting of malformations in the first and second branchial arches. It is diagnosed most commonly as a spectrum involving cardiac, renal, and skeletal systems with features such as accessory tragi, epibulbar dermoids, auricular fistula, and deafness. The exact etiology is unknown. It is believed to be an abnormality of embryonic vascular supply, disrupted mesoblastic development affecting the formation of branchial and vertebral systems. [1] 
CASE REPORT
A 5-year-old male child third in the birth order, born out of nonconsanguineous marriage, full-term normal vaginal delivery, presented to us with a chief complaint of protruding lesions present bilaterally on cheeks since birth. Antenatal period was uneventful, and the child cried at birth [ Figure 1 ]. There was a history of delayed dentition with inability to eat solids. Child could only speak bisyllables and was unable to carry out daily activities. Other siblings were unaffected.
Cervical spine X-ray shows straightening of cervical spine with reduced C4-C5 and C5-C6 disc with smooth articular margins suggestive of partially fused vertebra [ Figure 4 ]. Orthopentanogram showed atrophy of the left coronoid process [ Figure 5 ]. Lateral cephalogram was within normal limit. Magnetic resonance imaging brain did not reveal any abnormality.
The presence of epibulbardermoid cyst, accessory tragus, vertebral anomaly including cervical fusion, dental malocclusion prompted us to make a diagnosis of oculoauriculovertebral (OAV) dysplasia. The patient also had central nervous system involvement in the form of mental retardation.
DISCUSSION
Goldenhar syndrome also known as the OAV syndrome is a morphogenetic anomaly of the branchial arches involving the first and second branchial arches. [2] This syndrome was first reported by von Arlt in 1845 but Goldenhar first clearly defined the syndrome a century later after which the name, Goldenhar syndrome was accepted [3, 4] Goldenhar syndrome is also called hemifacial microsomia, OAV syndrome, and OAV dysplasia. However, Goldenhar syndrome is more widely recognized and commonly used the term.
Most incidences reported have been sporadic however autosomal dominant, autosomal recessive and multifactorial modes of inheritance have also been reported. The incidence of this syndrome is around 1/3500 births. [5] Many chromosomal abnormalities have been found in Goldenhar syndrome such as trisomy 7, 9, or 22; mosaicisms; deletions and unbalanced translocations between chromosome 5 and 8. [6] It is believed that the malformations are caused by disruption of vascular supply to first and second branchial arches in 4-8 weeks of conception leading to unilateral underdevelopment of facial features. [7] It is characterized by findings such as preauricular skin tags, facial asymmetry, microtia, ocular and vertebral abnormalities. It is a complex developmental disorder involving face, eyes, ears and vertebra, varying in severity in each patient. There is no consensus on the diagnostic criterion, however, it is generally agreed that the syndrome includes two or more of the following: ear malformations (including microtia and accessory tragi), hemifacial microsomia (including micrognathia), epibulbar dermoids and/or coloboma, and vertebral anomalies (fused or cervical hemivertebrae). [8] Other abnormalities reported in Goldenhar syndrome include ophthalmic malformations, cardiovascular, central nervous system, and genitourinary malformations. Mental retardation has been reported in 5%-15% cases. [9] Multiple accessory tragi in a preauricular/mandibular distribution is one of the most constant findings and is an important diagnostic clue to recognizing the syndrome. The accessory tragus usually seen as a small, skin-colored papule is a common anomaly involving the first (mandibular) brachial arch. It has a prevalence of approximately 1.7/1000 births. It can be soft or cartilaginous, pedunculated or nodular and can occur anywhere in the migratory path of the first two branchial arches. [10] Few other syndromes such as Townes-Brocks syndrome, Treacher-Collins syndrome, VACTERL syndrome, and Wolf-Hirschhorn syndrome are associated with accessory tragi. [11] Facial involvement is commonly unilateral, with marked asymmetry of facial features, in fact many believe that unilaterality of facial anomalies is the most important hint for diagnosis and in around 30% of cases in which it is not there, other diagnosis like trisomy 13 and oculocererofacial syndrome should be excluded especially if bilateral microphthalmia/anophthalmia and cleft lip/palate are present. [12] Ear abnormalities like anotia and preauricular tags are the most common seen malformations in Goldenhar syndrome. [13] Ocular features in Goldenhar syndrome include eccentric or limbal epibulbar dermoid, colobomas (commonly in the upper eyelid), ptosis and strabismus. [14] Our case had some rarely reported features such as hypodontia, mental retardation, facial symmetry, and short stature prompting us to report this case.
The abnormalities seen in Goldenhar syndrome can adversely affect the patient's life with prompt intervention from birth. Patients may have severe obstructive sleep apnea because of airway disfigurement or jaw problems resulting malnutrition. Eyelid abnormalities can lead to vision problems, while patients with microtia and atresia may require hearing assistance or surgical reconstruction. Treatment is mainly cosmetic in uncomplicated cases.
The prognosis of this syndrome is acceptable in uncomplicated cases. A multidisciplinary approach is required involving otolaryngologists, eye specialists, pediatricians, orthopedics, and dermatologist for a successful outcome. The treatment of Goldenhar syndrome requires a long-term commitment, associated with a need for multiple interventions and procedures during the child's growth.
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